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Dear Editor 
Pulmonary lymphangioleiomyomatosis and 
tuherous sclerosis 
Berkman et al. (1) recently presented the case of a 
46-year-old woman with progressive dyspnoea and 
bilateral spontaneous pneumothorax. On the basis of 
the pathological examination of the lung biopsies, 
they presumed that this was a form of pulmonary 
lymphangioleiomyomatosis. Unfortunately, lesions 
of diffuse pulmonary lymphangioleiomyomatosis are 
indistinguishable from pulmonary tuberous sclerosis 
(2). In addition, the most common presenting clinical 
features in pulmonary tuberous sclerosis include 
spontaneous pneumothorax and dyspnoea (3,4), and 
high-resolution chest CT findings in pulmonary 
tuberous sclerosis have been reported to be indistin- 
guishable from those in pulmonary lymphangioleio- 
myomatosis (5). 
Thus it is surprising that these authors failed 
to discuss the possibility of a pulmonary tuberous 
sclerosis in the differential diagnosis of their patient. 
In their report, there is no mention for the presence 
(or absence) of the typical stigmata of pulmonary 
tuberous sclerosis such as adenoma sebaceum, men- 
tal retardation and history of epilepsy. Knowing that 
angiomyolipomas of kidneys and multiple cerebral 
calcifications are frequently associated with tuberous 
sclerosis (2), it would have been important to know 
the results of ultrasonography of the kidneys and 
computed tomography imaging of the brain. 
Pulmonary tuberous sclerosis is similar to pul- 
monary lymphangioleiomyomatosis in terms of its 
natural history, clinical, radiological and histological 
features, and response to treatment (3). Thus when a 
diagnosis of pulmonary lymphangioleiomyomatosis 
is made, clinicians need to look for stigmata of 
pulmonary tuberous sclerosis, as this diagnosis is 
often missed initially. 
R. POLOSA 
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Reply to Dr Polosa 
We thank Dr Polosa for his comments. As men- 
tioned in his letter, the pulmonary manifestations of 
tuberous sclerosis and lymphangioleiomyomatosis 
(LAM) are clinically, radiologically and histologi- 
cally indistinguishable (1,2). A diagnosis of tuberous 
sclerosis therefore requires the presence of extra- 
pulmonary disease. Our patient had no evidence of 
cutaneous, neurological or renal involvement clini- 
cally or on CT scan to suggest the presence of 
tuberous sclerosis. 
In our case report, we emphasize the differen- 
tial diagnosis of bilateral spontaneous pneumo- 
thorax rather than that of LAM (3) and therefore 
felt it unnecessary to make mention of tuberous 
sclerosis. 
N.BERKMANAND M.R. KRAMER 
Institute of Pulmonology 
Hadassah University Hospital 
Jerusalem, Israel 
13 August 1995 
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